Proceedings of the Royal Society of Medicine 8 not sit up until twelve months old; walked at three years, and first talked at that age. Had control of the bladder at usual time. He made slow progress at walking and talking between ages of 3 and 4, then progressed more quickly. When aged 7 went to school, but made slow progress. When writing, he can form letters and figures, " but does not seem to have sufficient control of his hand to keep them even." He tries to play games, but cannot catch a ball. His walking has never been perfect; he walks slowly and loses balance easily, and has had several bad falls. He can run, but has a peculiar gait when he does so. Previous Health.-He had whooping-cough at 2 years; one " fit" at 3 years at beginning of measles; fracture of right leg due to losing balance at age of 7 years. Family History.-No history of similar condition in family. Sister aged 13 years whose left upper eyelid droops.
Condition on Examination.-He is somewhat dull mentally and fails to obey commands for more than a few seconds. Pupils equal and react normally. Speech indistinct, with slight explosive quality and some slurring of words. Muscles of face are hypotonic. Other cranial nerves normal.
Upper limbs: Both arms very thin motor power poor, but greater on right side than left; muscle tone much decreased; tendon reflexes present and equal. Lower limbs: Motor power poor, but greater on right side than left; muscle tone much decreased: knee and ankle jerks brisk and equal; no ankle clonus; plantar reflexes flexor. Abdominal reflexes present and equal. Gait: Walks slowly and carefully with knees slightly bent, on a broad base and with movements imperfectly controlled; movements of left leg are guarded, left arm held close to the side and the right swings a little. Co-ordination The finger-nose test is performed fairly well, somewhat better on the right side than on the left. Sensation normal.
Pulse, 96; blood-pressure, 80 systolic, 55 diastolic. General pallor of whole body. All the other systems are normal.
Skiagram of skull reveals nothing abnormal. Cerebro-spinal fluid normal. Wassermann reaction in both cerebro-spinal fluid and blood is negative. Sugar tolerance test: Following the administration of 25 grm. of glucose, the blood-sugar rose from 0 * 078 per cent. (resting) to 0 -180 per cent. in half an hour, fell to 0 * 100 per cent. in one hour, to 0 * 060 per cent. in one and a half hours, and to 0-062 per cent. in two hours. At the end of two hours there was a trace of sugar in the urine. The case is an example of pronounced muscular hypotonia of congenital origin in association with a low " leak point" for sugar. Clinically, the only distinguishing feature between such a degree of hypotonia and amyotonia congenita (Oppenheim's disease) appears to be that in the latter condition the deep reflexes are absent.
On the other hand, I have recently seen two cases precisely similar to the child shown: in one of these the deep reflexes were actually absent and she showed the same degree of hypoglyeamia, with low " leak point." It would be interesting to know: (1) if such muscular hypotonia is constantly associated with a low " leak point" for sugar, and (2) if cases of true amyotonia congenita show a similar bloodsugar curve.
It might be suggested that the case shown is one of cerebral diplegia of a statichypotonic type. Against this is the fact that muscular hypotonia is the main feature, while the degree of incoordination is small and quite sufficiently accounted for by the hypotonia.
Dr. ERIc PRITCHARD referred to two recent cases of marked hypotonia, in infants, in which the sugar curve had been taken, and in both it had corresponded more or less with that in this case; rather a rapid rise after the administration of sugar, and a fairly rapid fall to below the normal line, which persisted during period of observation. In the second case it was not recognized that it might be one of amyotonia until this curve was obtained. Circulatory, respiratory and alimentary systems normal. Sutbsequent Progress.-For the first week he was slightly drowsy and complained of intense headache, occasionally shouted with pain, and vomited daily. At different times during the succeeding three weeks the following signs were observed: Pupils small but left larger than right; react normally. Optic discs : outline indefinite ; veins full, tense and blue ; pbysiological cups cannot be focused. Nystagmus in both directions. Speech: spacing of syllables and slurring of words. Sluggish corneal reflexes. Left facial weakness. Motor weakness of arms with diminished tone, left more than right. Decreased reflexes in right arm, absent in left. Diminished tone in left leg, with absent kneeand ankle-jerks. Right knee-and ankle-jerks sluggish. Plantar reflexes flexor throughout and abdominal reflexe3 present. Patient can stand with assistance but falls to the right. No spontaneous movements. Codrdination: with right hand finger-nose test performed well with eyes both open and closed; with left hand there is exaggerated intention tremor which prevents finger reaching the object. In left arm decomposition of movements, dysmetria, past-pointing and great difficulty in carrying out repeated alternating movements. Spontaneous deviation of the left arm to the left. Sphincters normal.
X-ray examination of skull negative.
After the fourth week in hospital the patient began to improve, and by the end of the fifth week there was considerable improvement in the nystagmus and the muscle tone and incoordination of the left side. For some days he continued to walk on a broad base and to deviate to right, but by September 10 this latter symptom had disappeared.
October 9, 1928.-During convalescence the weight has increased by six pounds. There is very slight nystagmus on looking to the left. Optic discs unchanged. Very slight tremor of left hand. Co-ordinated movements are performed with ease. Muscle tone in the left arm still less than in right. Gait: Walks quite freely, but still on a broad base. General health much improved.
Specimen: Erosion of Internal Jugular Vein in Scarlet Fever.-J. D.
ROLLESTON, M.D.-The specimen shows an erosion of the left jugular vein, lying in a mass of inflamed cervical glands. The patient, a female infant, aged 2 years and 4 months, had a severe attack of septic scarlet fever, characterized by ulceration of the tonsils, palate and tongue, profuse nasal discharge, suppurative cervical adenitis, broncho-pneumonia, and continued high fever.
The glands at the left angle of the jaw were opened on the twelfth day, and those on the right side ten days later.
